Neuromyelitis optica (NMO) is an acquired demyelinating disorder affecting the optic nerves and spinal cord either simultaneously or sequentially. Prognosis is guarded particularly for the optic neuritis.We report here a case of first attack of NMO occurring in a 9 year old girl child coming from a rural area of Burdwan.
INTRODUCTION
Neuromyelitis Optica is a rare aggressive demyelinating disorder of central nervous system characterised by recurrent attacks of optic neuritis and transverse myelitis, first reported back in 1870's. NMO was initially thought to be opticospinal form of Multiple sclerosis (MS) but with detection of the NMO antibodies (IgG antibodies directed against Aquaporin-4 channels) it is now considered a separate disease entity. [1] [2] [3] [4] [5] We report here a case of first attack of NMO occurring in a 9 year old girl child coming from a rural area of Burdwan.
CASE REPORT
A 9 year old girl born out of Non consangiuous marriage, resident of Galsi, Burdwan coming from a poor socio economic background was admitted in Pediatric Department of Burdwan Medical College and Hospital with the complaint of diminished vision in both eyes (right>left) for last 45 days and sudden onset weakness of both lower and upper limbs (lower >upper) with inability to walk and sit for last 15 days (Figure 1 ). There was no history of fever or trauma or convulsion or unconsciousness. Sensory function was normal. Bladder bowel function was normal.
Neurological examination revealed normal higher function status without cranial nerve involvement, hypertonia of both upper and lower limbs with power 1/5 in lower limbs and 3/5 in upper limbs, bilateral ankle clonus, brisk deep tendon reflexes. Visual aquity was diminished to finger counting (Right>left). Other systemic examinations were unremarkable.
CSF study revealed 55 cells with neutrophilic predominance, no oligoclonal bands found. Anti NMO antibodies could not be done due to financial restraints. Other blood investigations were unremarkable. MRI of whole spine revealed expansion with gross disorganisation of cervical cord at C2-C3 and C7-D6 level with multisepted cystic areas in skip fashion involving posterior aspect of cord suggestive of acute demyelination and its sequelae ( Figure 2 ). MRI Brain was normal study with no abnormal intensity anywhere in brain parenchyma ( Figure 3 ). Fundoscopic evaluation showed bilateral optic neuritis. Visual evoked potential study showed axonal type both sided retino-optic pathway dysfunction(right>left) (Figure 4 ).
The child was treated with Methyl Prednisolone for 5 days followed by oral prednisolone for 6 weeks. Human Intravenous Immunoglobulin (IVIG) was also given for 5 days. Child improved within a week and was able to sit Neuromyelitis optica in a 9 year old girl: A case report Figure 5 ). Child was discharged after 3 weeks with proper physiotherapy and asked to follow up regularly in OPD. In subsequent follow up there was improvement in power and gait but no improvement in vision.
DISCUSSION
Devic's disease or Neuromyelitis optica as the name suggests is an aggressive demyelinating disorder of the spinal cord and optic nerve affecting most commonly Asian females (3 times more common than males) in the age group 31.2 ± 11 years.
1,2 First reported in 1870 by Sir Thomas Clifford Allbutt, later in 1894 Eugene Devic with his student Fernand Gault studied 16 patients who lost vision in one/both eyes within weeks of sudden onset weakness of limbs, recognised as optic neuritis and myelitis respectively. 5, 6 In 2004 Mayo Clinic researchers described a specific autoantibody against aquaporin-4 the so called NMO antibody which led to development of this new entity of NMO which is different from multiple sclerosis unlike the understanding before. Currently the best biomarker is Anti Myelin Oligodendrocyte glycoprotein (Anti-MOG Ab). 6 NMO is usually characterized by bilateral optic neuritis (rare in MS) or unilateral, myelitis being transverse and In our case 2 out of 3 supportive criteria was present.
NMO is often associated with other autoimmune disorder like SLE, Myesthenia Gravis, Sjogren Syndrome, Multiple connective tissue disorder or post infectious like EBV, CMV but no such association was found in our case. The IgG Ab against Aquaporin-4 leads to myelin destruction leading to astrocyte death and necrosis with cavitation in affected tissue. 1, 2, 5 CSF study normally shows >50 white blood cells with neutrophilic predominance and increased IgG levels without oligoclonal bands. Neuroimaging shows characteristic demyelinating lesion in at least 3 spinal segments (as was in our case). Brain Neuroimaging may be normal initially (as in our case) or may show involvements not meeting criteria for MS. Treatment consists of Methylprednisolone (20-30 mg/kg/day; max 1 gm/day) for 3-5 days followed by prednisolone taper for 6 weeks. IVIG is also used (as in our case). Other treatment options include Plasma exchange, 7 anti CD20 Ab Rituximab and Azathioprine. Rilling et al (1999) showed use of Methylprednisolone improved symptoms for a while and cyclophosphamide was used to prevent recurrence. 3 Mandler et al. (1998) found no recurrence for 18 months in patients treated with prednisolone and azathioprine for 2 months. 3, 8 Prognosis is guarded for NMO or NMO spectrum disorders. Studies show 20% patients to be functionally blind in at least 1 eye and 31% developed permanent monoplegia/paraplegia. 5 yr survival in patients with paraplegia was approximately 90%.
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CONCLUSION
Awareness to be created among paediatricians and neurologists about this rare demyelinating disorder with a generally poor prognosis so that early detection and management is possible to limit the disabilities. Also this case and similar cases which are first episodes occurring at early age needs to be regularly followed up in OPD for better assessment and prognosis.
